. Two-dimensional echocardiogram distinctly showed located thickness of posterior papillary muscles and chordae (Fig. 4) . This raises the possibility that glycogen was deposited in the region.
Left gastroconemius muscle biopsy was done for both biochemical and morphological studies.
Levels of acid and neutral a-1-4 gluco- sidase in biopsy muscle and urine from the patient and control subjects were measured by the fluorimetric method employing 4-methyl-umbellifery-a-D-glucopyranoside (MUaG) as substrate55.
In the muscle the level of acid maltase was extremely low; neutral maltase level was also low. In the patient's urine acid maltase level was zero, Laboratory details of the family are summarized in 
